Many cases of spontaneous occlusion of the circle of Willis (moyamoya disease) have been reported in Japan, but the worldwide distribution is unclear. The total number of cases in each country reported in the literature and complications were evaluated. A total of 1063 cases have occurred worldwide ex cluding Japan. Cases were observed most frequently in Asia and in people of non-Caucasian origin.
shows the complications associated with the disease: Inflammatory diseases, leptospirosis and meningitis (e.g. tuberculous meningitis) occurred frequently or were suggested as the cause. Blood diseases such as sickle cell anemia and Fanconi's anemia were also frequent. Other observations in cluded genetic disorders such as phacomatosis and Down's syndrome, and radiation-induced disorders. Table 3 Guidelines for the diagnosis of moyamoya disease*
